In 1967 she developed a tiny flat pigmented spot by the right eye which has since grown larger. Small darker spots have appeared in this pigmented area during the past five years. General health excellent. (Jimbow et al. 1973 , Konrad et al. 1974 . When completely melanized, the fine internal structure of the giant granule becomes obscured by melanin deposition. The ultrastructure of giant melanosomes in nwvus spilus and in cafe-au-lait lesions appears to be identical. Normal-size ellipsoidal melanosomes (0.20 x 5 ,um) appear alongside the giant granules and are dispersed in keratinocytes in large membrane-bound aggregates (Fig 6) . 
Comment
The relationship between nvvus spilus and the macular pigmentation of neurofibromatosis is not fully understood, although giant melanosomes occur in both conditions. Moreover, each type of lesion may occur together in the same patient (as in our two cases), or separately in different members of a family (Fitzpatrick 1974) . Giant pigment granules, first observed by Szabo (1959) in neurofibromatosis, and later in nevus spilus (Konrad et al. 1974) , are not found in cafe-au-lait macules in normal subjects (Johnson & Charneco 1970) and are usually absent from these lesions in Albright's disease (Benedict et al. 1968 ).
According to the criteria of Crowe et al. (1956) , in Case 1 there is insufficient evidence to support a diagnosis of neurofibromatosis as there is only one cafe-au-lait macule. It is of particular interest, therefore, that giant melanosomes have been found in this lesion as well as in the nwvus spilus. Perhaps the caf&-au-lait macule represents a 'non-spotty' version of nwvus spilus.
In Case 2, however, a diagnosis of neurofibromatosis seems highly probable as she has more than 5 cafe-au-lait lesions. It is obviously of considerable importance to follow the progress of this patient very carefully, as she may develop other features of the disease in future.
